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CARDIOTHORACIC IMAGINGGiant aortic root aneurysm in Marfan syndrome: A rare
complication in early childhoodPatrick O. Myers, MD,a,b Yacine Aggoun, MD,c and Cecile Tissot, MDcFIGURE 1. Chest x-ray demonstrating the aneurysmal dilation of the
ascending aorta.A 7-year-old girl presented with shortness of breath on
exertion and palpitations. Features of Marfan syndrome
were noted on physical examination. The chest x-ray re-
vealed marked cardiomegaly with a widened mediastinum
(Figure 1). Echocardiography showed a gigantic dilatation
of the aortic root (Figure 2). The aortic valve annulus
measured 3.7 cm (Z-scoreþ12), and the maximal diame-
ter at the sinuses of Valsalva measured 8.7 cm (Z-score
þ14), with severe aortic regurgitation, left ventricular dila-
tation, and depressed left ventricular function. Cardiac
magnetic resonance imaging was impressive for severe
dilatation of the ascending aorta (Figure 3) comprising
the annulus, sinuses of Valsalva, sinotubular junction,
and tubular ascending aorta, with severe aortic regurgita-
tion (regurgitant fraction, 44%), severe left ventricular
dilatation, and depressed systolic function (ejection frac-
tion, 36%). The child was brought to the operating
room. Given the proximity of the giant aneurysm to the ster-
num, the child was placed on cardiopulmonary bypass by
femoral vessel cannulation, and adequate drainage of the
heart was confirmed before sternotomy. The aortic root
and ascending aorta were replaced with a 28-mm Gelweave
Valsalva tube graft (Terumo Cardiovascular Systems Cor-
poration, Ann Arbor, Mich) using the David valve-sparing
root replacement operation, remodeling the annulus with
multiple subannular sutures. Post-bypass echocardiography
showed moderate aortic regurgitation and severe left ven-
tricular dysfunction and dilatation. The reimplanted native
valve had to be replaced with a Carpentier-Edwards Peri-
mount Magna 21-mm bioprosthesis (Edwards Lifesciences
LLC, Irvine, Calif) within the Valsalva graft. Because of se-
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FIGURE 3. Cardiac magnetic resonance imaging: Coronal (A) and obli-
que sagittal (B) views showing severe annuloaortic ectasia on spin-echo
images. Cine images in the same planes (C, D) demonstrating a large
flow void in diastole (arrows) corresponding to a severe aortic regurgita-
tion. AA, Ascending aorta; LV, left ventricle.
FIGURE 2. Echocardiography long-axis view (A) demonstrating a large ascending aortic aneurysm with aortic root dilation (aortic valve annulus, 3.7 cm;
Z-scoreþ12; sinuses of Valsalva, 8.7 cm; Z-scoreþ14) and short-axis view (B) at the level of the base with non-coaptation of the right and noncoronary cusps
responsible for severe aortic valve insufficiency. AA, Ascending aorta; LCC, left coronary cusp; LV, left ventricle; LVOT, left ventricle outflow tract; NCC,
noncoronary cusp; RCC, right coronary cusp.
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